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Brief CommunicationsDysphagia: An unusual presentation of giant
aneurysm of the right coronary artery and
supravalvular aortic stenosis in Williams syndrome
Carmelo Mignosa, MD, FETCS,a Salvatore Agati, MD,a Salvatore Di Stefano, MD,a
Giovanni Pizzimenti, MD,b Enrico Di Maggio, MD,c Dario Salvo, MD,d and
Giuseppe Ciccarello, FEBCP,e Messina and Milan, ItalySupravalvular aortic stenosis (SVAS) is typically associ-ated with Williams syndrome. We describe the case of amentally retarded 56-year-old man with Williams syn-drome in whom giant aneurysm of the right coronary
artery was an incidental finding during investigations for dyspha-
gia.
Clinical Summary
A 56-year-old patient with dysphagia was admitted to our hospital
for evaluation. On medical history, he was found to have neuro-
developmental delay and was receiving antihypertensive therapy.
An extrinsic stenosis on the midportion of the esophagus did not
allow us to complete full gastroenteral screening. Computed to-
mographic scanning showed the presence of a mediastinal mass 11
cm in diameter compressing the esophagus (Figure 1), which was
diagnosed as an isolated aneurysm of the right sinus of Valsalva.
The echocardiogram showed the presence of an SVAS with a
gradient of 70 mm Hg, and the pulmonary trunk and bifurcation
were normal. Angiography showed normal peripheral pulmonary
vascularization and normal left coronary artery anatomy. The right
coronary artery at its origin from the aorta opened up in a huge
dilatation of 11 cm. The patient was taken to the operating theater
on an urgent basis. Cardiopulmonary bypass was instituted through
femorofemoral cannulation. The heart was emptied, and the chest
was opened. At opening, it was possible to visualize a huge
aneurysmal mass compressing the right atrium and superior vena
cava and covering the ascending aorta (Figure 2, A). The aorta was
crossclamped and transected. Warm blood cardioplegic solution
was administered directly into the coronary ostia. When the aorta
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visualize a tight SVAS (Fig-
ure 2, B). The right coronary
artery opened up in the aneu-
rysm just from its origin. It
was opened longitudinally.
When the coronary artery had
normal size, it was removed
together with a cuff of aneu-
rysmal wall (Figure 2, C) and
reimplanted directly onto the
ascending aorta with a running 6-0 Prolene suture (Ethicon, Inc,
Somerville, NJ). Three polytetrafluoroethylene (Gore-Tex; W. L.
Gore & Associates, Inc, Flagstaff, Ariz) patches were implanted
with running 5-0 Prolene sutures to treat the SVAS (Figure 2, D).
The patient made an uneventful recovery and was discharged
on postoperative day 6. Complete chromosomal evaluation con-
firmed the clinical suspicion of Williams syndrome. At 1 year’s
follow-up, he is free of symptoms, with normal electrocardio-
graphic and echocardiographic findings.
Figure 1. Computed tomographic scan. Ao, Aorta; An, right coro-
Dr Mignosanary artery aneurysm; RPA, right
mber 2004pulmonary artery.
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Williams syndrome is a contiguous gene syndrome associated with
a heterozygous microdeletion in the chromosomal region 7q11.23
encompassing the elastine gene. The disease is associated with
mental retardation and cardiac lesions: SVAS is the most frequent.
It is due to an obstructive arteriopathy most prominent at the aortic
sinotubular junction.
In the presence of an SVAS, coronary arteries are subject to
increased perfusion pressure, leading to dilatation, tortuosity,
and accelerated atherosclerosis. True aneurysmal dilatation can
happen, but never has an aneurysm of the right coronary artery
as big as the one we encountered in association with SVAS and
all the clinical and phenotypical signs of Williams syndrome
been reported in the available literature. Yilmaz and coworkers1
reported 2 cases of adult SVAS associated with aneurysms of
the coronary arteries. In both cases surgical intervention was
limited to relief of the supravalvular obstruction.
Giant aneurysms of the coronary arteries are rare and can be
asymptomatic. They can be discovered as incidental findings dur-
ing angiography or necroscopy. When symptoms are present, they
mimic a space-occupying mediastinal mass with dysphagia, chest
pain, and dyspnea.2 Differential diagnosis must be performed with
acute ischemic heart disease or aortic dissection. Risks of rupture
Figure 2. Operative findings. A, Aneurysm visualizat
opening with right coronary artery button incorporating
and direct right coronary artery reimplantation. Ao, A
aneurysm; RV, right ventricle; black circle, SAVS; bla
coronary ostia.either into one of the cardiac chambers or into the pericardium3 are
The Journal of Thoracirelated to their dimensions and are responsible for the onset of
symptoms.
Several surgical techniques are reported, such as aneurysmal
ligation and vein graft bypass or direct vein graft interposition.
In this case we report a direct reimplantation technique to the
ascending aorta to ensure that antegrade coronary flow was
adopted.
Since the first successful repair in 1956, various surgical tech-
niques to relieve SVAS have been developed. In a recent study
from the Boston Children’s Hospital, multiple sinus reconstruction
resulted in superior hemodynamics and was associated with reduc-
tion in both mortality rate and need for reoperation.4 In our
institution multiple sinus reconstruction, according to the Brom
technique,5 is the procedure of choice in dealing with SVAS.
Conclusion
In Williams syndrome a giant aneurysm of the right coronary
artery must be considered as part of the natural history of the
disease. The cardiac lesions in Williams syndrome are progressive,
and for this reason, the case we describe emphasizes the need for
close clinical follow-up in this cohort of patients to avoid compli-
cations, such as the one reported, which is a surgical challenge
t pericardial opening. B, SVAS. C, Aneurysmal sac
ronary ostia (probes). D, Multiple sinus reconstruction
RCA, right coronary artery; An, right coronary artery
entagon, right coronary artery button incorporating 2ion a
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orta;
ck pwith high risks of mortality and morbidity.
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